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Intestinal perforations in preterm infants are often associated with necrotizing enterocolitis or sponta-
neous ileal perforation. Isolated colonic perforation is a rare presentation of Hirschsprung’s disease (HD),
especially in premature infants. We report a case of descending colon perforation with pneumo-
peritoneum at 3 days of life in a 34 week infant which was initially attributed to NEC. This case dem-
onstrates that an isolated colonic perforation, even in the descending colon and preterm infant, can be
attributed to Hirschsprung’s disease.
 2013 The Authors. Published by Elsevier Inc. Open access under CC BY-NC-ND license.The majority of childrenwith HD present with distal functional
intestinal obstruction characterized by delayed passage of meco-
nium, abdominal distension, bilious emesis, and feeding intoler-
ance [1,2]. Intestinal perforation, is a rare but reported initial
presentation of HD. Likewise, HD presenting in a premature infant
is unusual. This case illustrates the importance of challenging the
usual assumptions in managing a newborn with a bowel perfora-
tion. It also offers the opportunity to review the literature on the
intestinal perforations in neonates as well as the prevalence of
prematurity in HD.
1. Case report
A 3-day-old male born at 34 weeks gestation developed
abdominal distention one day after starting feeds. Plain radiograph
of his abdomen showed dilated bowel, possible pneumatosis, as
well as a large amount of pneumoperitoneum (Fig. 1). He was
brought to the operating room for exploratory laparotomy for
bowel perforation. During exploratory laparotomy pneumatosis ofonﬂicts of interest to report.
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border with a tiny microperforation and minimal contamination
was identiﬁed. This area was resected, and the colostomy and
mucus ﬁstula was created. Examination of the resected segment of
bowel revealed chronic active serositis and presence of ganglion
cells. Six weeks after the initial surgery he was brought back for
colostomy closure; preoperatively, he was tolerating full feeds and
a contrast enema study was normal. Limited resection was per-
formed of the colostomy and mucus ﬁstula, and an end-to-end
anastomosis was performed. The procedure was uneventful but
postoperatively the patient was intermittently distended and had
difﬁculty feeding and stooling. A retrograde contrast enema done
without inﬂation of the balloon showed no transition zone but
mucosal irregularity was noted (Fig. 2). A suction rectal biopsy was
performed which showed no ganglion cells, consistent with
Hirschsprung’s disease. He was brought to OR four weeks after the
closure of the colostomy and underwent Soave endorectal pull-
through. Intraoperatively, the transition zone was identiﬁed at
approximately a few centimeters above the peritoneal reﬂection.
Patient made an uneventful recovery.2. Discussion
Intestinal perforation in the neonate has been reviewed in at
least three large series in the past. NEC and spontaneous perfora-
tion were, as expected, by far, the most common causes of bowelse.
Fig. 1. AXR revealing large amount of pneumoperitoneum.
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perforation accounted for over 75% of all causes of bowel perfo-
ration, with only 1 patient of 179 having HD [3]. In Tan’s series,
only 3 of 56 had Hirschsprung’s disease [4]. In St-Vil’s series, only 2
of 81 had HD [5].Fig. 2. Contrast enema without transition zone but with mucosal irregularity.Colonic perforation in the neonate, in particular, is very rare.
Komuro astutely intimates, in his review of colonic perforations in
neonates, that HD should be ruled out if no anatomic obstruction
is found. In his series of eight neonates with colonic perforation,
two had HD [6].
As an initial presentation of HD, intestinal perforation is un-
common. Swenson et al. in his large series of 501 patients with HD
described 16 perforations (3.2%) [7]. In Polley’s study, only 2 of 99
newborns with HD presented with perforation [8]. In another
study by Newman, 2 of 45 HD patients presented with perforation
[9]. In Surana’s study, 8 of 77 HD patients presented with perfo-
ration [10]. Unlike our case, in which the perforation occurred in
the left colon, most perforations actually occur in the cecum or
appendix where physiologically, the pressure is the greatest.
Also uncommon is the presentation of HD in the premature
infant. In one large series of newborns with HD, only 1 of 99 pa-
tients was premature [8]. In another recent series where all suc-
tion rectal biopsies done for delayed passage of stool were
reviewed, 6 of 113 premature infants (5.3%) had HD vs. 79 of 156
terms infants (50%), a statistically signiﬁcant difference [11].
There is one other case report of HD presenting with perfora-
tion in a premature infant; Courvouisiser et al. reported a case
with 28 week infant with HD who presented with cecal perfora-
tion on the 5th day of life with pneumoperitoneum [12]. As in our
case, the diagnosis was delayed.
In addition to the prematurity and bowel perforation as
the presenting symptom of HD, this patient’s diagnosis was
confounded by the pneumatosis seen during operation. Interest-
ingly, the NEC-type ﬁndings in a patient with HD have been noted
previously by Raboei who found a very high incidence of HD in
term patients with NEC [13].3. Conclusion
This case emphasizes the importance expanding the limits of
conventional wisdom in managing a premature infant with bowel
perforation and a clinical picture of NEC. Not only may a bowel
perforation in a premature infant be secondary to HD but the bowel
perforation may be the initial presentation of HD.References
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